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Sir,

Unilateral acute idiopathic maculopathy (UAIM) masquerading as Best's disease
Acute onset of exudative maculopathy is a wellrecognized feature of unilateral acute idiopathic maculopathy (UAIM). 1 We report a patient with unilateral acute idiopathic maculopathy (UAIM) characterized by predominantly macular involvement.
Case report
A 15-year-old, healthy female Caucasian patient was first noted to have a retinal abnormality during a routine visit to her optician. She was asymptomatic and had no significant ophthalmic or medical history or any history of medication. On a previous visit to her optician 6 months ago no fundal abnormality was detected. There was no history of amblyopia, squint or nyctalopia in the past. Her family history was unremarkable. thought to be consistent with atypical Best's disease. However, the Electro-oculogram (EOG) and Ganzfeld Electroretinogram (ERG) investigations, performed to the international standards, were normal, although in the right eye the five main responses of the ERG were slightly reduced in comparison to the left. The findings were not different with the photopic and scotopic ERG. In contrast the Wide Field Multifocal Electroretinogram (mfERG) showed marked reduction in the central responses in the right eye. Best's disease and a diffuse retinal dystrophy were therefore excluded. A revised diagnosis of unilateral acute idiopathic maculopathy was made. 2 Posterior uveitis investigations including toxoplasma and toxocara titres were within normal limits. Ultrasound B-scan of the globe and a CT scan of brain and orbits showed no abnormality. In view of her relatively young age, a periodic review was arranged. During the last 2 years the lesion has remained stable in the right eye with no involvement of the left eye.
Comment
A grayish, thickened subfoveal lesion with maculopathy is well recognized in patients with UAIM.
1 When viewed with a contact lens, vitreous cells have been noted to be a common but variable finding. In our patient, there was no evidence of activity in the vitreous cavity. Two recent series reported patients with absence of vitreous involvement in up to 50-60% of individuals.
2,3
The yellowish gray nature of the subfoveal lesion led us to initially suspect an atypical presentation of Best's disease but the unilateral acute presentation in a white 15-year-old female patient together with normal electrophysiological studies made us revise the diagnosis. Other studies 4, 5 together with the present report suggest that UAIM should be considered in the differential diagnosis of all patients with unilateral, acute onset, maculopathy of this nature.
UAIM is a distinct entity but other possible diagnoses such as dystrophies, degenerative, infiltrative, and infectious disorders should be eliminated by angiography, electrophysiology and imaging studies. 5, 6 Every effort should be made to establish an accurate diagnosis, as there are implications in relation to genetic counselling for degenerative disorders such as Best's disease.
However with recent reports of several bilateral cases, it may be appropriate to rename this disorder simply acute idiopathic maculopathy (AIM) as suggested by Gass in the new edition of his atlas.
